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Non-inflammatory, Non-ischaemic Disorders of the
Myocardium

Fatty change of the myocardium (p. 24) is an
expression of impaired metabolism of the heart
muscle most frequently seen in severe pro-
longed anaemia. Adiposity of the heart is a de-
position of fat in the epicardium which extends
between cardiac muscle fibres (Fig. 2.19, p. 28).
It affects the right ventricle especially and is
usually, but not always, associated with general'
obesity. Very rarely cardiac function is im-
paired by this deposition of adipose tissue.
Brown atrophy (p. 39) is not related to the
occurrence of cardiac failure. Primary amyloid
disease (p. 272) commonly affects the heart and
is a rare cause of cardiac failure. The clinical
picture may be similar to that of restrictive car-
diomyopathy, and diagnosis may be difficult
both clinically and at necropsy unless the pos-
sibility of amyloidosis is kept in mind. Seg-
mentation and fragmentation of the myocardium
indicate conditions in which the heart muscle
cells either separate from one another at the
intercalated discs or show irregular tearing.
These changes have been observed in cases of
violent death. It is supposed that they result
from irregular contraction at the time of death.

Cardiomyopathy

Cardiomyopathy is a convenient term for the
classification of a heterogeneous group of chro-
nic myocardial disorders which are not due to
ischaemia, hypertension, valve disease or
shunts, and appear non-inflammatory. Inclu-
sion of ischaemic myocardial disease and vari-
ous forms of myocarditis has also been pro-
posed, but the term would then apply to nearly
all myocardial lesions and would be of little
value.

The four generally accepted types of car-
diomyopathy are as follows.

1. Hypertrophic Cardiomyopathy with or with-
out obstruction. In this condition there is
asymmetrical hypertrophy of the left ventricle,
and especially of the septum. Function is
affected by (a) undue rigidity of the left ven-
tricle, which interferes with diastolic filling, and
(b) in many, but toot all cases, the bulging,
kyperttophied septum obstructs the outflow

of the left, and less commonly the right, ven-
tricle.

Clinically, the condition presents from early
childhood to old age, usually as heart failure or
atypical angina: it also causes sudden death. It
is often familial and has been detected (by echo
cardiography) in some apparently healthy
relatives, inheritance apparently being de-
termined by a Mendelian dominant factor.
Microscopy shows interstitial fibrosis, areas of
disordered, whorled arrangement of muscle
fibres and very marked thickening of the indivi-
dual fibres, with enlarged, pleomorphic nuclei
and increased glycogen content. These features
are useful in diagnostic biopsy. The nature of
the basic abnormality is unknown and current
views are largely speculative.

2.  Congestive Cardiomyopathy. This consists
of congestive heart failure which is not due to
any of the known causes, and is thus diagnosed
by exclusion. At necropsy all the chambers are
dilated, the myocardium is pale and unduly
flabby, and there is often ventricular mural
thrombus and endocardial thickening. Micro-
scopy may show gross hypertrophy of some
fibres, with conspicuous nuclear enlargement,
and atrophy of others. There may also be inter-
stitial fibrosis. These changes are not diagnostic.

Congestive Cardiomyopathy sometimes
shows a familial tendency, and may be asso-
ciated with alcoholism or follow childbirth, but
the causation is entirely unknown and it occurs
from childhood to old age. Congestive failure is
a complication of various other conditions, e.g.
dystrophy of the skeletal muscles, Friedreich's
ataxia, glycogen disease of the Pompe type,
beri-beri and acromegaly. Such cases are some-
times included as congestive Cardiomyopathy
but the cause, if known, should be specified,

3.  Restrictive Cardiomyopathy is also known
as endomyocardial fibro-elastosis. It is a rare
disorder, mainly of infants, characterised by a
thick smooth layer of collagenous and elastic
tissue between the endocardium and the myo-
cardium. Involvement of the left ventricle, which
may be hypertrophied, is most common. Cases
have been attributed to fetal endocarditis, to
anoxia due to origin of the left coronary artery